Congenital, urethrocutaneous fistula of the anterior urethra is an uncommon anomaly. It is associated with chordee, hypospadias, and at times, anorectal malformations. An isolated congenital urethrocutaneous fistula of the anterior urethra is extremely rare and is usually present in the pediatric age group. Only one adult case has been described to date. There is no information to date about the effect of this deformity on the potency or the fertility of the patients. We present a case of an isolated adult congenital urethrocutaneous fistula of the anterior urethra and discuss the management of this uncommon deformity.

CASE REPORT
===========

A 19-year-old male presented with an additional opening on the ventral surface of the penile shaft along with a normally placed urethral meatus at the tip of the glans. The additional opening had been present since birth. The patient had dribbling of urine from this opening at the time of micturition. There was no history of trauma during or after birth. There was no history of swelling or stone impaction at the site of the opening. The only surgical history was of a ceremonial circumcision at the age of 5 years that was done by a local priest. The patient was married and had normal erectile function and a normal sexual life. He had fathered a child. On examination, the glans was normal in size and shape with a normally placed external urinary meatus. There was a small opening near the corona on the ventral aspect of the penile shaft, just lateral to the midline. The patient had a normal erection. There was no visible chordee and the length of the penis was normal. At the time of micturition, the patient voided mainly through the normally placed meatus along with dribbling of urine from the ventral opening ([Fig. 1](#F1){ref-type="fig"}). The results of investigations, such as hemogram, biochemical profile, urine analysis, abdominal ultrasound, intravenous pyelography, and other radiological investigations to rule out coexistent anomalies, were normal. There was no anorectal malformation.

A diagnosis of isolated congenital urethrocutaneous fistula was considered. A retrograde urethrogram revealed the fistulous tract communicating with the anterior urethra. The normally placed urethra did not reveal any abnormality ([Fig. 2](#F2){ref-type="fig"}).

At surgery, an infant feeding tube could be easily passed into the fistulous opening via the external urinary meatus. A degloving incision was made, and the fistulous tract was identified. There was a lack of spongiosus tissue around the fistulous tract, whereas the distal urethra had normal spongiosus covering. The tract was excised, and double layered repair of the defect was done ([Fig. 3](#F3){ref-type="fig"}). A 14 Fr catheter was inserted from the external urinary meatus. The patient was able to pass urine normally after removal of the catheter and the fistula had completely healed. The patient is doing well after 9 months of follow-up.

DISCUSSION
==========

Congenital anterior urethrocutaneous fistula is a rare condition. A review of the literature indicates that there are two variants of congenital anterior urethrocutaneous fistula. The more common type is associated with chordee, a dorsal hood, distal hypospadias with or without a distal urethral or spongiosal defect, and anorectal anomalies. The rarer variety, as in the case reported here, develops in an isolated fashion with no chordee or hypospadias and an intact distal urethra and spongiosum. Only 24 cases of this variety have been reported in the English literature to date. All cases apart from one were described in the pediatric age group \[[@B1]-[@B8]\]. Chen et al reported this deformity in a 26-year-old male \[[@B8]\]. The fistula was at the proximal part of the anterior urethra. There was no mention of the effect of this deformity on the patient\'s virility or his ability to procreate \[[@B8]\]. Our patient had normal erectile function and was a father, thus proving that this deformity has no effect on the reproductive function of the patient. The patient did not seek medical advice for his condition until late because of the minimal symptoms associated with his condition.

Considerable confusion about this entity exists, and there have been claims that it is in fact a result of trauma during circumcision. However, due to the lack of urothelium in the pathological examination of the circumscribed skin and also because of the reports of its existence in uncircumscribed patients, it is now being considered as a separate entity. The exact mechanism by which this anomaly occurs is not clear. The arrest of the growth of the proximal urethra and compensatory overgrowth of the glandular urethra has been proposed to be the mechanism for the formation of the isolated variety of fistula \[[@B2],[@B6]\]. A deficiency of spongiosum in the fistula, as occurred in our case, can also be explained by this, because only the proximal urethra is associated with the formation of corpus spongiosum \[[@B2],[@B4]-[@B6]\].

Before deciding on surgical correction, it is important to assess the patency of the urethra beyond the fistula. Probing, dye studies, and cystourethroscopic examination may be helpful in substantiating the diagnosis. Several methods of surgical repair have been described in the literature, including local skin flap, preputial skin flap, Denis Brown urethroplasty, Thiersch-Duplay urethroplasty, primary closure, buccal mucosal graft, and tubularized incised plate urethroplasty with dartos flap \[[@B1]-[@B8]\]. The method of repair must be individualized depending on the location and the size of the fistula. In the present case, the fistula was small, and thus primary closure was used for repair with success. In larger fistulas, a flap may be better to prevent recurrence. The incidence of recurrence following repair is about 17% as per the reported literature (4 recurrences in 24 cases) \[[@B1]-[@B8]\].

To conclude, isolated congenital anterior urethrocutaneous fistula is a condition that can be easily and effectively managed. Increased awareness, good history, meticulous examination, and imaging studies can help in the correct diagnosis and treatment of this rare clinical entity.
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![Retrograde urethrogram showing the fistulous tract (arrow) communicating with the ventral part of the anterior urethra.](kju-52-368-g002){#F2}
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